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Cucremman cxaepolepmun (CCR) — nporpecompyrowee 33601€83HNE C XAPAKTEPHBIMM

M2IAS HEHMA MM KOWM, ONOPHO-ASMIFTEALHOND 3NNAPATa, BNYTPEHHNX OPranos (nerknx, cepaua,
NO<E¥, NKLLSBADUTENABHOTID TPAKTa) M PACNPOCTPIHEHHBIMM BA3OCNACTHUYECKMMM HAPYLLEHMRMMN
(CrHLDOW PediHg), B OCHOBE KOTODSHIX NEKMT NOPAREHNE COEANHHTENLHON TRAHM C
npeoSnanavnrem Oubpo3a u cocya08 no THNY 06 AnTepHPYOULErD 3HAAPTEPHONUTA.

KOL WKX5 10

B WKE-10 3260n1683KMe BKAOYEHO B pySpmKy M34.9 (CHCTeMHbBIA CKNEPO3 HEYTOUHEHHBIH).
SNALENMMONOIMA

PacnpoCTPaHEHHOCT CXIEPOAEPMMM Y B3POCTBIX BapbUPYET B Npeaenax ot 2,7 Ao 12 cnyvaes
Ha 1 wiH HaceneHMa. Y geTen MCTHHHAA YacToTa CKNEPOAepMHM HE H3BECTHA, N peobnapalwor ee
ousroese GoOpmbl, Y2CTOT3 KOTOPbLIX HBMHOIO BbilWE, YEM CHCTEMHDIX. Y AeBOYEK KU WeHWMH
crepofeprAMA BCTpedaeTca B 2—4 pa3a yauwe, COOTHOWeHKe M: X coctasnsaet 1:3—4_ KK
pazevTus Bone3Hu y AeTer NpuxoaMTCa Ha Bo3pacT 4-7 net. B nocneaHue roabl CKNepoaepmMHA

BCTPEY3LTCH YaLUe K3K B CBA3M C MCTUHHbLIM POCTOM 3aboneBaemMoCTH, TaK U 33 CueT

COBEepLweHCTBOBaHNA AN3THOCTHUKN.

3TUONIOTUA U TTATONEHES3

e WIarayHHOE BOCNANeHue, CBA3aHHOe C npeobnagaHnem akTHBUPOBaHHbBIX Mmakpoodaros,

BbiAENA0LUMX NPOBOCNANUTENbHbIE M GUDpOreHHbIe LMTOKUHBI.

e AvTUB2UMA GubpobnacTos, NnepeMmoaenpoBaHue COeAUHUTEIbHOW TKAHWU U Pa3BHTUE
¢unbpo3za.

e MUKPOLMPKYNATOPHBIE HAPYLIEHUA: IMDONNA TEPMUHANbHLIX COCYAOB B CBA3N C
noebilweHuern yposHa ¢ubpuroreHa, akropa Bunnebpanaa, arperauvei TpomboumTOoB,
OKKNI03UA MK 06AUTEPaLUMA apTEPHON, KaNUANAPOB ¥ BEHYA W BCNEACTBHUE 3TOMO — PA3BUTUE
0BNMTEPHPYIOLLErO 3HA3PTEPUONNTA; HEMPOANCTPOPUUECKME NPOLLECCHI.

e O6pazosaHue cneyndudecknx ana CCL aHTUHYKNEAPHDIX AYTOAHTUTEN —
aHTULEHTpOMepHbIX (ALLA) 1 aHTUTONOM3OMepa3Hbix (ATA).

KNACCUDUKALMA CUCTEMHOW CKNEPOAEPMMUA

OnddyszHan criepoaepMuA:

* FEHEPANN30BAHHOE NOPAXEHNE KON KOHEYHOCTEN, UL U TYNOBKLWLA, CUHAPOM PerHo;




* paHHee pa3BUTHE BMCUEPANbHOW NATONOTUKN (MHTepPCTUUMANbHOE NOPAMEHNE NErKUX,

nopaxeHue XKT, muoKkapaa, noyek); * peayKkUUA KanUANAPOB HOTTEBOTo NOXa ¢ dopmMupoBaHMEM
dBACKY/NAPHbIX YY43CTKOB;

* aHTUTENa K Tononlomepase-1 (AT Scl-70).
JIMMUTUPOBaAHHAA CKNEPOACPMUA:
¢ AIUTENIbHBIN Nepuoa U30NUPOBaHHOTO CHHAPOMa PeliHo;
* NOBPEMAEHNE KOXMU NPEUMYLLLECTBEHHO Ha /IWLIE, KUCTAX U CTONaX;
* NO3AHEee pa3BUTHUE NeroYHOM runepTeHanm, nopaxenue KT, TeneaHruakTasny,

KanbuuHo3 (CREST-cMHApOM: KanbUMHO3, CUHAPOM PeliHo, 330darur, cknepoaakTunua,
TeNEaHTMIKTA3INU);

* BbIABNEHUE aHTULEHTPOMEPHBIX aHTUTeN;
® paclUpeHue KanUNAA/POB HOITEBOro NOXa 6e3 BbipaMeHHbIX aBaCKYNAPHbIX YHaCTKOB.

NMepekpectHbie popmbl (Overlap-cMHAPOM) — COYETaHUE CUCTEMHOM CKAEPOAEPMUM C OAHUM UK
HecKoNbkumu audPy3Hbimu 3a00NeBAHUAMKU COEAUHUTENBHOW TKAHU(AEPMATOMMO3NT, PEBMATONAHBIW
apTPUT, CUCTEMHAA KPAaCcHaA BONYaHKa).

KOBEHUNbLHAA CKNepoaepPMUA

e Havyano 6onesnn B Bo3pacte ao 16 ner.

* [TopakeHne KoXu No TUMy O4arosoro nnu anHenHoro (remmdpopma).

* CKNOHHOCTB K 006pa30BaHMUI0 KOHTPAKTYP.

* YMepeHHanA BUCLepabHaa NaToNnorua (BoIABNALGTCA NPU UHCTPYMEHTaNnbHOM obcneaosaHun).
lNpeckneponepmus

* N30N1MpPOBaHHbIA CHHAPOM PEWMHO B COMETAHWM C KANUNNAPOCKONUYECKMMU UIMEHEHUAMMU UK
UMMYHONOTUYECKMMU HAPYLUEHUAMM.

KNMHUYECKAA KAPTUHA (BKAO4aa cTaguu, $asbl, BOIMOMKHbLIE OCNOKHEHUA)

tOBeHMNbHAA CKNEPOAEPMUA UMEET PARA KNMHNYecKuX ocobeHHOCTeN. HepeaKo pa3BuBaIOTCA
o4arosoe NopaMeHne KoXu, CUHAPOM PEMHO CTePTLIA AU YMEPEHHO BbipaXeHHbIN, CYCTaBHOM
CUHAPOM OTMEY3ETCA 3HAYMTeNbHO Yalle, bonee BbIpaXKeH U CONPOBOMAIACTCA Pa3BUTHEM

CTOMKMX KOHTPAKTYp. BucUepanbHan CMMNTOMaTUKa CKYAHARA, HEPEAKO OTMENAIOTCA NPU3IHAKK
$YHKUMOHANBHOW He40CTAaTOMHOCTHU OPraHos.

MopaxeHne cocyaos




* CuHApPOM PeitHo. Paszeueaerca y 75-78% GonbHbix KOCCA (y Bapocnbix — 06A3aTeNbHbIA NPU3HaK
boneinn). YacTo ABARETCA NepsbIM NPoABAeHMeM 3a601eBaHnuA, NPeaWecTsyeT NoPaKeHUAM OPraHos,

Pa3BuUBaACh 33 MHOTME MECALLbI U Aaxe roAbl 40 HUX.BbI3bIBALTCA U YCUAUBAEGTCA XON0/0M,
IMOLIMOHAILHLIM CTPECCOM. B OCHOBE CMHAPOMA NIeMUT CUMMETPUYH IR NAPOKCMIMA/IbHLINA CNa3m

apTepun U apTepMoN Nanbues KOHeYHocTen. KAMHUYeCKW 3TO NPOABAARTCA NOCNea0BaTeIbHbIM
U3IMEHEHNEM OKpPacKK KoXu (nobeneHne - uMaHo3 — NOKPacHeHue), oHemeHnem n 6onblo. Y aeten

NPOUECC MOXKET NPOTEKaTb CTepTo.

CuHAPOM PeliHO acCcoUMUPOBaH C ULLEMUYECKMMU NOBPERAEHUAMU KOXKU: AUrUTaNbHbIMK pybunKkamu

W A3BOYKAMU, CYXUM HEKPO3OM, raHrPeHoM, A3BEHHLIM NOPaXeHUeM KOMKU Ha YHacTKax,
NoABEPraloLMXCA MEXAHUYECKOMY BO3ACHCTBMIO (HaA KONEHHbLIMU M JTOKTEBLIMM CYCTaBamu, B 0bnactu

NOAbIXKEK, NATOK).

* TeNaHrmaKTaaum — CrpynnupoBaHHbIe B NYHOK PaclUMPEHHbIE KaNUANAPbI U BEHYNbI(HENONHOLEHHbIN
KOMNEHCATOPHbIA aHroreHes Ha GOHE UWEMUK) C XapaKTEPHOMW NOKaNM3auuen Ha KUCTAX, NLe; B 30He
AEKOAbLTE U Ha APYrUxX Y4acTKax, npeacTasnaloT coboi noagHui npusHak 6one3Hn, ux Yncno co

BpeMeHeM yBenuunsaeTca.

Nopa)keHne KoXu

Y aetein KOXHbIN CMHAPOM, HapAAY C KNAaCcCUYECKUMU, MOET BbiTb NpeacTaBNeH aTUNMYHbIMU
ana CCAl BapmMaHTamMm — 04aroBbImM MU IMHEAHBIM NOPaXMeHUem, remmpopmamu. TUNUYHa
CTaAMIMHOCTb NOPaMEHUA — OTEK, UHAYPALMA, aTPOPUA. Y 0aHOro 60NLHOTO MOXKHO YBUAETD
pa3Hble CTaAun KOXKHOro CUHApOMa.

Ha CTaguu OTEKa NOABAAETCA NAOTHbIN OTEK KOXM M NOANEXALUMX TKAHEN. KoXa MoeT
nprnobpeTaTh MN0BO-PO30BYI0 OKPACKy; cOBUPAETCA B YTO/IUEHHYIO NO CPAaBHEHUIO C HOPMOM
CKNaAKy; BO3IMOXKHO passutve AudQy3Hon runepnurmeHTaumnm Koxu 6e3 ee yNAOTHEHMUA.

Ha ctagmu nHaypaumm (Cknepo3a) NA0THOCTb KOXK YBEIUYMBAETCA, a 3/1aCTUHHOCTL
YMEHbLIAeTCH; Koa npuobpertaer uaHoTUYHO-Oypbin UBET 33 CYeT runep- 1 AUCNUrmeHTaLmnm
W YTONLLAETCA HACTONLKO, YTO €€ HEBO3MOKHO CoDpaTh B cknaaky. PopmupyIoTCA
crubartenbHble KOHTPAKTYpPbL.

Ha ctagnu atpodmm KoKa MCTOHYAETCA, NOAB/AAETCA XapaKkTepHbiu BnecK, pa3sMeaeTcs
AUCNUTMEHTaLMA (3nemMeHTbl Kak runep-, Tak U genurmeHTtauuu). Bcheacremne atpodum
BONOCAHbIX PONNNKYNOB, NOTOBbLIX U CANLHLIX MENEe3 KOMA CTAHOBUTCA LIepWaBoM, CyYXoH,
Ucye3aeT BO/IOCAHOW NOKPOB. Pa3BuBaETCA aTPOPUA NOAKOKHON MUPOBON KNETYATKYU, MbILUY,.

e CUMNTOM «KUCETa» — YyMEHbLUEHWEe POTOBOW anepTypbl, ICTOHYEHNE KPACHOM Kaitmbl

ry6, Bokpyr pra GOpMUPYIOTCA paAUanbHbIe CKAaAKN.




* AnrutanecHble A3BbI — passuBaotcs Ha AUCTanbHbIX panaHrax nansLUes KUcTeli.
* Aiurutancuoie py6uyuku — Toueynple Y4aCTKU aTpoduu Komm B 06nacTu ANCTaNbHBIX
dananr.
* H3BEHHOE NOpa)eHne KON NOAB/IAGTCA Ha YNaCTKax, noaBepraowmxca
MEXaHUYECKOMY BO3AACTBUIO (HaZ KONEHHBIMM, TOKTEBLIMU Cyctasamu, B 06nacTu noabixex,
NATOK).
* Cyxan raHrpeHa — HeKpo3 Kowu u NOAKOMKHbLIX MATKUX TKAHEW, HAYUHALTCA C
AUCTaNbHBIX QaNaHr NanbLEBs, MOXET PacnpOCTPAHUTLCA Ha CpeaHune ¢panaHru c nocneayowen

A€MapKauuen u camoamnyrayueii. KanbuyuHatel — HebonbLWKX P3a3mMepoB NOAKOKHBLIE U
BHYTPDUKOMHDBIC OTNOMEHMUA Cones

Kanbuua, oObINHO PacNONArarTCA Ha la/iblax, 8 MECTaX MEXaHWUYECKOrO BO3AENCTBUS.
KanbLmMHaTbl MOryT BCKPbLIBATLEA C BblAeneHUEM TBOPOXKMCTOW Macchl M 06pa3oBaHuem
ASTNTENbHO HEe3AMUBAKOLLMUX A3B.,

MNopaxeHue cycTaBos u KocTei

* llonnaprpanrumn, NOAUAPTPUT C BbIPAIKEHHLIM CUHOBMTOM (8 ge6iote Hepeako no TANY
HOUA), TeHocuHoBuT. C TeyeHunem 6oneaHu 3KCCYAATUBHBLIN KOMNOHEHT BOCNaNEeHUA
YMEHbLLACTCA; YNOPHbIM CUHOBUT BCTPEYARTCA PEAKO. [MpY XPOHUYECKOM TeYEHMMU
npeobnanaloT CKNepPoIUPYIOLLME TEHOCUHOBUTDI M NopaxeHue Apyrux nepruapTUKYNAPHbBIX
TKaHeN: Pa3BUBaACTCA aTPOGUA MbiLwuL, GOPMUPYIOTCA CKNEePOAAKTUNUA, CrubaTeNbHble
KOHTPAKTY Dbl KaK MEAKUX, TaK U KPYNHLIX CyCTaBOB,

* AKPOOCTE0/n3 — PE30POUMA KOHUEBBLIX OTARNOB ANCTANbHBIX danaHr Kucrten
BCAEACTBUC ANUTENIbHOW ULLEMUK; NPOABARETCA YKOPOYEHUEM U Aedopmaumnen nanvues.
* CrubGaTenibHbIe KOHTPAKTYPbLI KPYNHBIX CYCTaBOoB, CYCTaBOB KMCTEM KaK cheacrame

/IOKA/ILKOTO YN/IOTHEHWA KOMKW C BOBNCYCHUEM CYXOMUNKIA U uX 060N0YEK,

NopaxeHne Mol
* HesocnanutenbHan Henporpeccupyiowan ¢nbpoanan MUONATUA, NPOABNRIOWAACR
HE@3HaYNUTENLHON CNABOCTLIO NPOKCUMANLHBLIX FPYNN MbIlULY U HE3IHAYUTENbHbIM NOBLILEHUEM

YPoBHA KK,

* BocnanutenuHan mMonaTua NPOABNRRTCA MHWANTUAMU, NPOKCUMANBHON MbILLEYHOIA



CNabocCTbio, 3HAYUTE NbHBIM NodbileHuem yposHa KOK, socnanurensHbimu UIMEHeHUAMM Ha
IMT u B Gnonrarax,

* ATpodua Mol npu Anddyinoi dopme CKAepoAepMnKN BCAeACTBUE HapyLweHus
NOABUIKHOCTU U NOABNEHUA KOHTpaKTyp.

Nopawenue KENYAOUHO-KULWIEYHOTO TpaKTa

* f'MnoToHuA nuesona HabnoaaeTca y 75-90% 6oabHbIx. Kanuuvecku npossnserca
M3MOron, aucdarvein, y OTAeNbHbIX 60NbLHLIX pa3suBaeTcs Aunarauua nuuwesoaa.

* CTpuKTypa nuwesoga — Cy)KeHue npoceeTa HUMHeN Tpetu nuuiesoaa.

* IPO3INK U AIBbLI NMULLEBOAA, ABNAIOLLMECA CAeACTBMEM ractpoasodareanscHoro pedniokca

AnarHocTupyerca y 30% GonbHbix KOCCA,

* HenyaouHoe KpoBoTeueHue — peakoe OCNOMHEHWE, KOTOPOE MOMET NPOABMTLCA NPY
MHOKECTBEHHbIX TRNAHIMIKTA3UAX CAUIUCTON 0B010YKMU Menyaxa.

* CuHapom manbabcopbumu, yeunmeaercs NPU M3OLITOYHOM POCTe NaTOreHHOo ¢nopsl
KULWEYHWUKA BCAeACTBUE 3aMEANEHMA NACCAKA NULLEBBLIX MACC.,

* TMNOTOHUA TONCTON KMLWKM XdPAKTEPU3yeTCA pa3suTem 3anopa, Habnwaaerca

HEAEPXKAHWE Kana BCNeACTBUE HECOCTORTENbHOCTH COUHKTEPOB NPAMOI KULLIKM.

MopakeHue nerkux

* /lerounan aprepuanbHan runeprexsvn Pa3suBaeTca y 5-10% GonbHbix,

APEUMYLLECTBEHHO C NMMWUTPOBAHHON KOMHOMN GOPMOIi Ha NO3OHUX CTaguax. KnuHuyecku
NPOABNRETCA OALILWKOW, NPU ayCKyNbTauum BbICAYyWKHBaeTCA akueHT Il ToMa Ha neroyHol
apTepun. PAHHUM NPU3HAKOM MOXKET BbiTh M30NMpoBaHHOE (63 CHUMEHMA NeToYHBIX 06bemon)
CHMKEeHUe AUPPYIMOHHOMN CNOCOBHOCTU Nerkux (< 60% OT ONKHOIA BENUYUHDI),
AOCTOBEPHbLIN ANATrHO3 YCTAHABAMBAIOT TONBKO ¢ NOMOLYbIO KaTeTepu3aLMm NpasbIX OTAENOB
Cepaua (nosbileHne AaBNCHUA B NEerOYHO dPTepUN > 25 MM pPT.CT. B NOKoeR). flerouHan
(HeaprepuanbHan) runepreHIna momer PA3BUBATLCA BCNeaCTBME NOPaXEeHMA NapeHxumbl

Nerknx u (unu) neswix otnenos cepaua.



* UHTEpPCTUUMANbHOE NopaXeHUe nerkmux. KIMHUYECKMe CUMNTOMBI BblpaXKeHbl cnabo u
HecneunduuHbl. Y 60nbwnMHCTBa 6ONBHBLIX OHW CTAHOBATCA OYEBUAHLIMWU TONBKO NPU
MacCMBHOM NOpa)¥eHun AU Ha No3aHen craauu BonesHU: oAbIlKa, HENPOAYKTUBHbLIA Kallens,
Kpenutauua. KoHeuyHow ctaguen aenneTca Gubpo3 nerovHou TKaHW. Hapaay ¢
NPOrpeccupyowWen apTepuanbHOM NErOYHON rMNepTeH3vel MHTePCTULMANbHOE NOpPaXeHne
Nerkux onpeaenAeTr OCHOBHbIE NPUYUHbI cMepTu npu CCA.

* MopaxeHue nnespbl. Pazsusaerca $ubpo3 (akccyaaTMBHOE BOCNANEHUE HeXxapaKTepHO).

pn BbIpaXKeHHbIX 000CTPEHUAX UHOTAA MOXKET BLIABNATLCA HEO0bLLIOE KOAKWYECTBO IKCCYAaTa

B NAeBpanbHbIX NOAOCTAX.

NopakeHue cepgua
* Bo MHOrux cayyanax npotekaer 6ecCUMNTOMHO M BbIABAAETCA UHCTPYMEHTANBHO.
* [lopaxxeHue muokapaa (pmbposnposaHue, COCYAUCTbIE HAPYLLIEHWUA, HEKOPOHAPOTEeHHbIN

KapAuOCKNepOo3) — KapauoMerasnua, HapylweH1e puTma, NPU3HaKu MWEeMUKM MUOKapAA, CHUKEHHe

COKpPaTUTENbHOMW CNOCOBHOCTH.
* [lopa)keHue 3HAOKapAa — BO3MOXKHO GOpMUPOBAHME NOPOKA.

* [lepuKapauT NPOTEKALT CTePTO, BbipaxeH cnabo (cenapauua NMCTKOB nepukapaa npy 3xoKr).

[MopameHue novyek
Bo3HuKkaety 30% bonbHbix OCCA.
XpoHu4yeckana HedponaTua paszsneaetca y 50% 6onbHbix CCA.

OHa xapaKTepHu3yeTCA OTHOCUTENLHO A06pOKaYeCTBEHHbBIM NOPaXKeHUEM COCYAOB, MeO/TIEHHbIM
(B TEYEHUE MHOTUX NeT) BeCCUMNTOMHBIM CHUMKEeHUEM KNyBOoUKoBOK GUAbTPaLMM U
MUHUMaNbHLIMU U3MEHEHUAMWU MOYEBOTr0 0CaaKa.

CknepoaepmuyecKkui NoYeYHbIn Kpu3 pa3sueaeTca y 2-5% 6onbHbix CCA, paccmaTpusaeTcs
Kak NpU3HaK Backynonatuu. Mpoasnsertca BHE3anHbIiM U CTPEMUTENbHbIM Pa3BUTUEM OCTPOM
no4Ye4yHoW HeA0CTaTOYHOCTH, aPTEPUANLHON rMNepTeH3neN, HbICTPO NPUHUMAIOLLE A
3N0KaYeCTBeHHbIU XapaKkTep. JleTansHoCTb cocTasnaet 40-50%.

Nwemuyeckan HepponaTua pa3snsaetcA Ha poHe CTEHO3a NOYEUHBIX apTEePUA.

MopaeHue HepeHOW CUCTEMBbI

* [TONUHEBPUTUHECKUIA CUHAPOM.



* TpUremMuHanbHan CEHCOpHan HeBponaTun — OAHO- WU ABYCTOPOHHEEe OHeMeHue nmuya,
coverarwoweecn ¢ 601610 u napecresuamu.

Bapuaurel Teyenus

* Nogocrpoe, ymepenHo nporpeccupyiowee; — npeobnapganue npusnaxkos WMMYHHOTO BOCNaneHun
(NnoTHBIN OTek KOXW, apTpuT,MU03UT), Hepeaku overlap-cuHapomel.

Craguu 6onesHu:

| — HayanbHas: BbIsBAAOTCH 1-3 N10OKaNn3aunun nopaseHua;

Il — cTagus renepanuzaumu: CUCTEMHBIU, NOAUCUHAPOMHbIL XapaKTep NopaxeHus;

Il — no3gHas cragua: umeercs HEAOCTaTONHOCTL 0gHOro unu Bonee OpraHos (cepaua,nerkmx, noyek).

OC/NIOXKHEHUA

® Kenyao4HO-KULWEUYHBIN TDAKT: BOIMOMHO P33BUTUE CTPUKTYDbI HUIKHE N TpeTH NuLleBoAa

BCheacTBue pybLOBbIX M3MEHEHMIT npu PELUMANBUPYIOLIEM A3BEHHOM NOPaXEHUM, 3 TaKKe

HHENYA0YHOTO KPOBOTEYEHUA — NPU MHOIKECTBEHHbIX TeNE3AHIMIKTA3UAX CAU3UCTOMN

000N04KM Kenyaka

* CepaeyHO-COCYAMUCTan CUCTEMA: dPpUTMUHN, KAPAUMOMUONATUA

® JleroyHbii ¢pnbpos

* [loyeyHas HEJOCTaTOYHOCT [ OcTpan runepren3nsHan sHuedanonaTus

ANATHOCTUKA (c nepeyncneHmem ocHOBHbIX HO30/10TMYECKnX GOPM, UCKAIOYAEMbIX NPY

npoBeaeHnn andpdpepeHuUnanbHOro Norcka);

JlabopatopHble uccneagoBanus

* KnuHNYecknin aHannus KPoBMU — BOIMONKHBI yckopeHue CO3, 303nHopunus.

* UIMMYHONOTUYECKMI1 aHann3 KPOBU — y 6oNbHBIX B 70% CAyyaes BbIRBAAETCA NONOMHUTERNAbHbLIN

pesmatoungHbIn Gaxktop, 8 80% - NOAOHKUTENbHBI aHTUHYKNeapHbin pakTop,(AT k AHK He XapaKTepHbi),
cneunpuryeckre gNa CUCTEMHOM cKne PoAepmun aHTuTena (AT Scl70, dHTUUEHTPOMEpPHbIE aHTUTena,

dHTUTEeNa K PHK-nonnmepase ll).

Kanunnapockonua



Boiasnatorca: arperauua kietok HPOBM; CTa3; 3amenneHUe KPOBOTOKA; 3aNyCTeBaHWEe U YMEHbLIEHUe

HNUCN3 KaNUANAPOB; HanWuMe aBacKyNAPHLIX nonel.

UHCTpyMeHTanbHble UccnegoBaHUA

BO3MOXHbIe UHCTPYMEHTaNbHBIe UCcCnenoBaHNA NpeacTasneHbl B Tabaunye 1.

Tabnuua 1

UHCTpYyMeHTanbHble nccnenoBaHuA, UCNoNblyemsbie

ANA AUArHOCTUKKU CKNEepoae pMUum

lpeanonaraeman natonorua

Bua uccnegosaHun

MnoToHuA nuwesoAa, pednoKc-3zodarur,
CTPUKTYPAa nuuwiesoaa

MaHomeTpusn
J30¢aroracTpoayoaeHOCKOMNUA
PeHtreHorpaguma c koHTpacTom

VHTepcTUuManbHbiv pubpos
Jlerounan runepreHsua

PeHTreHorpadusa, komnbloTepHan Tomorpadus,
GyHKUNA BHEWHEro AbIxaHUA, CumMHTUrpaduma
Ixokapauorpadun, IKI, peHtreHorpadms

ApUTMUU
Ouarosbin pubpos muokapaa
MNepukapaur

MoHuTOopuposaHue 3K
3K, axokapavorpadwmn, cumHTurpadua
IxoKapauvorpadpua, KOMnNblOTEpPHana Tomorpadua

OcTtpas cknepogepmuyeckan Hepponatmn

MoHUTOpUHr Afl, ypoBeHb KpeaTUHUHA U
PEHUHA B KPOBW, OPTa/ILMOCKONUA, Boncun

NOYKH

KPUTEPUU OUATHOCTUKK

[pocTbie knaccupuKaymoHHblie kputepuu(Knaccudurkayma AMEpUKaHCKOM KONNErMK PEBMATONOrOB)

£ina anarHo3a AOCTaTOYHO HANMYMA OCHOBHOTO MU HE MEHEE 2 MasibiX KPUTEPUEB: ® OCHOBHOMN
KPUTEPUNA — NPOKCMMANbHAA CKNEPOAEPMUA (CKAEPOACPMUYECKOENOPAKEHUE KOXKM, BbixogAllee 3a
npeAens! MeTakapnoganaHrosbIX CyCTaBoB); ® Manble KPUTEPUU — CKNEPOAIKTUAMS, AUTUTANBHBIE

A3BOYKU MM pyOYnKK HOrTeBbIX panaHr, ABYCTOPOHH
fAuarHocTnyeckue npusHaku CCA (Mycesa H.I., 1997)

AocTosepHbl ANMArHoO3 CUCTEMHOW CKAepoaepmMumn —

i 6asanbHbin GUBPO3 Nerkux.

covetaHue 3 nbbIx OCHOBHbIX NPU3HAKOB UNK 1

M3 OCHOBHbIX NPpU3HaKoB + 3 u bonee BcnomoratenbHbix (Tabn. 2).

Tabnnua 2. OcHOBHbIE U AONONHUTENbHBIE AMArHOCTUMECKUE NPU3IHAKKN CKhepoaepmumn

OCHOBHble NPU3HAKK

HdononHurensHblie NPU3HaKK

* CKnepoepMuYecKoe NopaXKeHne Kou
* CuHapom PerHo, AUruTancHble

funepnurmeHTauma Kou
* TeneaHrnakrasvu

A3BOYKMK/pyBUMKK * Tpoduyeckne HapyleHUA

* CycTaBHO-MbILWEYHbBIN CUHAPOM (C * [lonnaprpanrum
KOHTPAKTYpoO#H) * [lonnmuanrum, NONUMUOINUT
e OcTeonus * MMonnceposur (Yawe
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* KanbumuHos aAare3nBHLIN)
® bazanbHbin nHesmodpubpos * XpoHuyeckan HedponaTus
* KpynHoovarospii Kapanocknepos

° Cunepo,qepmnuecune nopaxedue
nUuleBapurensHoro TPaKTa

* OcTpan CKNepoaepmuveckas Hepponarun
* Hanuyue cneuuduyeckmx anTun

dHTUTEN (aHTU-Scl-70 U anTK
aHTUTeNna)

YKNeapHbIx
UeHTpoMepHble

° Hannnnnpncuunnqecuue NPU3HaKu

Anddeperumanvupiii AUarHos Heobxoaumo POBOAUTL CO cneayiowmmy 33 bonesanuamu:

Anddy3HbIg I03UHOPUNBHBIIA dacuymur,

Cknepenema byuwxe, OrpaHUYeHHasn CKnepogepmusn,

CKnepoaepmueit (OCAH).

0oca

— NI0KaNbHOE NOpPaeHUe KoMy, NPEeTepnesaiowee B CB0EM PasBUTUM 3 OCHOBHLIE

cragum:

AenurmeHTaumm:;

* CKN€PO3 — NNOTHaA Kenonaonoao6Han TKaHk.
DopMbl OrpaHNYEHHOL (o4arosoi) CKNepoaepmuu;

* N0 pOpMe o4aros — bnaweyHan, anneiitas, CMEWaHHaRnA;

* NO 4uCny o4aros — mano-/MHOroouaroeas wau PacnpocTpaHenHan (6onee 20%nosepxHocTu Tena);

® N0 rAybuHe 04aroe — NoBEpPXHOCTHAA U rnybokas;

* N0 nokanuzaunn — Ha e, Tynosuue, KOHEYHOCTAX, Hag cycTasamu.

bnraweyHan ¢popma oca — CKAepoaepmuyeckuid oyar n POXOQUT CTaanm 3pUTEeMBbI Y OTeKa,

UHAYPauum, pubposa u atpoduu.



NnHennan dopma OCA — oyaru PacnoNaramTCA Yawe Ha KOHeYHOCTAX NO X0A4Y COCYAUCTO- HePBHOTO
NYNK3, MOMYT PaCNPOCTPAHATLCA BrAyGb NOAKOMHON KNETYATHM, 33TParnBaTthb

dacumm, Mbiwybl U KOCTH; Pe3ynbTaTom ABNAIOTCA 00pa3oBaHmue yyacTroB amMoTpodun,
NUNOANCTPODUK, YKOPONEHUE CYXOMUNUA, HapyweHue poCcTa NOPaKEeHHOW KOHEYHOCTMW.
Nunennan dopma OCA no Tuny «yaapa cabneiin» — ouaru pPacnonarakTca Ha BONOCHCTOM
HaCTU rONOBLI C NOCTENeHHbIM PACNPOCTPAHEHUEM H3 KOXKY N63, CNMHKY HOCa W noabopoaox.
* labopartopHele nokazarenu npu OCA ManocneunPusHbl,

* MNpu3Hakoe akTUBHOCTU OGLIYHO HE BLIABARIOT, 33 UCKNIOYEHUEM TMHELHOMN dopmby,

KOTOP3A MOXET NPUPABHMBATLCA K CUCTEMHbIM GOPMaM no ray6uHe, pacnpocTpaHe HHOCTH

KOXXHOrO NOpPaxXeHuA, U B pAAe CyYaes — BLIABAEGHMA PeBMATOMAHOIO GakTopa U
dHTUHYK/IEAPHbIX aHTUTEN B KPOBMW.

NENEHUE

HemeauKamMeHTO3HOe neyeHue

@ Peum

B nepuoab! obocTpeHun 3abonesanuna cneayer orpaHMMMBaTh ABUraTEIbHbBINA pexxum pebeHka.
NonHasa ummobununsauma cnocobCTByeT pazBUTHIO KOHTPAKTYP, arpodnu MbIlLEeYHOM TKaHM,
ycyrybnenuio octeonoposa. Puanyeckue ynpaKHeHUA CNOCOBCTBYIOT COXPaHEHMUIO
$YHKUMOHaNLHOW aKTUBHOCTM CyCTaBOB. MNonesHsl e3na Ha BenocMnene, NnagaHue, NPOrynkH.
ber, NpbIKKK, aKTUBHbIE Urpbl HeXenartenbHbl. PeKoMeHAYeTcA COXPaHATb NPAMYIO OCaHKY Npu
X0Ab0e M cuaeHnK, CNaTh Ha MECTKOM MaTpace U TOHKOM nogywke. MCKNOYHTL
NCUXO3MOLMOHANbHbBIE Harpy3ku, npebbisaHne Ha conHue.
D Auera

Y 60nbHbIX € cMHAPOMOM KylmHra uenecoobpasHo orpaHuueHue novpebneHuna yrnesoaos m

WUPOB, NpeanouTnTenbHa benkosas auerta. Ynotpebnenue NuLLM C NOBLILWEHHLIM

COAEPHAHNEM KaNbUMA U BUTaMKHA D ana npodunaktuku octeonoposa.  NlevebHan du3kynbTYpa
(NOK)

NevyebHyio duakynbTypy NPOBOANTL B COOTBETCTBUM C UHAUBUAYANBHLIMU BOIMOMHOCTAMM
bonbHOroO.

* dusnorepanusn
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* Xupypruueckoe neyenme

MNoka3anua:

OT Ha4ana remoauannia npu HebponaTum.
MeawvkameHTO3HOE NeveHue

lpoTuBoCnNanuTenbHble u MMMYHOCYNpeCcCUBHbIe Npenaparsl

FnokokopTukovAabl (npeaHuzonon, METHANPeaHU3010H) (C) — makcumanbHan cyTouHas

A033 0,5-1 mr/Kr macce! Tena B TeyeHue 1-2 MEC, 3aTeM — NocTeneHHoe CHUXKEeHue Ao
nogaepxusaouwen aosbl (0,2-0,3 Mr/kr maccel Tena e CYTKH), BNUTENbHOCTL NPUEMa COCTaBNReT

HECKONbKO ner.

loKa3aHuA: ® KAMHUYECKUe U NaboPaTOPHbIE NPU3HAKM BOCA3AUTENLHOMN 1 MMMYHOIOTMYECKOM

aKTUBHOCTH; ® NEPeKpPecTHbIE CUHAPOMBI.

Uuknodochamua (B) — 15 mr/kr maccsl Tena BHYTPMBEHHO KanenbHO 1 pa3 B MecAL, 8
TeyeHue 6-12 mecaues, 3atem — 15 Mr/Kr maccol Tena 1 pa3 B 2-3 Mmecaua Ha NPoTAXMeHuuU 6-12

MecCAaues C NONHOW OTMEeHOM NpenapaTta U HasHavYeHUem MMMYyHoAenpeccanToe (- neHnuunnamuH,

rOAPOKCUXNOPOXUH, METOTPEeKCaT U Ap.).

lTOKa3aHWA: CUCTEMHAA CKNEePOAEPMUA € BbICOKOM aKTUBHOCTBIO W ObICTPbLIM
NporpeccupoBaHnem NOPasKeH A BHYTPEHHNX OpraHos.

AHTUPNOPO3HbIE NpenapaTo

D-nennymnnnamun (D) — cea3biBaeT u yckopaeT sbiseaeHue 13 OPraHn3Ima meau M UMHKa,

BO3aencTeyer Ha GpubpobaacTel, FA3AKOMbILIEYHBIE KNETHU HA BHYTPUKIETOMHOM VYpOBHe,
13




OKa3eiBaer cnaboe UMMyHoOCynpeccUsHoe AencTemne. KNMHUYECKH BbI3bIBAET OTULTINBOE
YMEHDLIEHUE MHAYPAUWM, KOHTPAKTYP, BBIPAMEHHOCTH BUCLIEpaNbHOMW NaToONOrMM.

NNoka3aHuA: * cuctemuan CKNEpOAEPMUA; © tnybokue u pacnpocTpaHeHHble GOPMbI O43roBOI
CKAEPOAEPMUK; * NUHEWHAR CRNepoaepMUA; NepeKpecTHbie CUHAPOMBI.

PeXuM n03MpoBaHMA: fleuenne D-neHuumunnamMuHoOM HaYMHAIOT C MO A03bl (50 mr/cyT) u
AOBOAAT A0 5—8 Mr/Kr Macchl Tena B CyTKu M OCYLLECTBNAIOT ANUTENBHO (HA NPOTANKEHUU 2—6
NeT) — A0 YMEHbLWEHUA UMK NCYEIHOBEHUR ¢nbpo3a.

Mukodenonara modetun (D) — cenekTuBHBIN HHrMbutop

MHO3MHMOHOQoCchaTaernaporeHassi.

Nokazanua: CCA c MHTePCTULMANBHBIM NOpaeHuem nerkux (cnocobeH adpdpexrTUBHO
Crabunviauposars, a B page C/TYHa€B M yny4llaTtb noKalaTenu GopcMpoBaHHOM MUIHEHHOH
EMKOCTU U AMPPY3HOU CNocoBHOCTU Nerkux).

Pexxum no3uposanua: Ha3Hayaior ¢ A03b1 1000 mr/cyT (8 ABa npuema), yesenuumeas ee go 2000
mr/cyT (B ABa npuema) B Chy4ae xopolwen nepeHocUMocTU. AAuTensHoCTb Kypca MM® gonxHa
bbITh He MeHee 6 mecaues.

MeToTpekcar (D) - anTaroHucT ponuesoss KMCNOTbI, OTHOCKUTCA K rpyNnNeMmmyHoAenpeccaHTos.
[TOKa3aHuA: NnopaskeHue KOKMU, 0COBEHHO 8 PaHHEM CTaAnK, MbILEYHBIA U CYCTaBHOI
CUHApPOMbI/

Pexxum fo3nMposaHua: per os B nose 15 Mr/mM2 nosepxHocTH Tena B Hegen. AnutenbHoOCTb
Teépanuu coctasnaer 6—18 mec.,

PUTykCumab (D) — xumepHbie MOHOKNOHaNbHbIE aHTUTENa K CD20+ B-numdbouyutam).
NokasaHua: nporpeccupyiowee auddyiHoe NOPAXEHUE KOXMM, ABHbIE KAMHUYECKWUE NPU3HAKK
BOCNanuTeIbHOW aKTUBHOCTU (CEPOINT, MUOIUT, MHTEPCTUUMANBHOE NOPAaXKEHUE NerKkux,
pedpakTepHbIii CUHOBUT u/Mnu TEHOCUHOBMT).

Pexum posuposaHua: 375 mr/m2 NOBEPXHOCTH TeNna B HeAeNo, B Te4eHue 4 nocnenoBaTenbMbix
HeAenb. MNoBTOpHLIN Kypc puTyKcumaba NPOBOAAT Yepe3 22-24 Heh nocne nepsaro BaeAeHUA
NPENaparta npu COXpaHAIOLWENCA BLICOKOM aKTUBHOCTH BONEIHM.

lpenaparsbl, OKasbiBalOWMeE BAMAHMUE Ha MUKPOUUPKYNALMIO

MeHnTokcudUNAnK (D) — MHIMBUTOP KCAHTUHOBOIN ¢ocoauerepassi, KOTOPbLIK yaywuwiaer
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AOCTABKY KUCNOPOAA K TKAHAM NPy Nepudepuueckom sazocname. NeHTOKCUPUNNUH
HA3HAYAETCA BHYTPUBEHHO KanenbHo B no3e 20 Mr Ha roa Mu3Hm B CYTKH, BBEeieHUe npenapara
PA3AENAETCA HA 2 Npuema. BHYTpUBEHHO KanensHo npenapart BBOAWUTCA B TeyeHuune 12-14 aHen,
3aTeM HeobXoaMMO NepeiTH Ha NepopantHbIl Npuem npenaparta B TOWU Xe ac3e. AauTenbHOCTb
Npnema npenapara fOoNKHa BbiTb He MeHee 6-12 mecAaues.

NokasaHus: [} cucTeMHAA CKNepPOoASPMUSA C BBICOKON aKTUBHOCTBIO M GbiCTpbiM NporpeccupoBaHuem
NOPAMEHUA BHYTPEHHMUX OPraHos

B Curgpom PenHo

Aunupugamon (D) — BnuaeT Ha arperaumnio TpoMBOUMTOB, NyTEM NOBbILEHUA NOCTYN/IEHWA B
KNETKY aA€HO3UAQ, 4TO CONPOBOXAALTCA NOBLIWEHUEM BbIpaboTKM CTEHKON COCyAoR
3MK033HONA0B, BRNKOYAA NPOCTauUMUKIMH. NpenapaT Ha3HayaerTcs B no3e 5 mr/kr maccbl Tena B
CyTkM B 2-3 npuema. lnuTenbHOCTL NpUemMa npenapara — He MeHee 12 mec.

MOK33aHWA: ® CUCTEMHAA CKNEPOAEePMURA; ® rNyBoKUe U pacNpoCTpaHEeHHbIe ¢opMbl 04aroBoM
CKNEpPOAEPMUM; ® NMHEWHAER CKNEPOLEPMHURA; ® NEPEKPECTHbIE CUHAPOMLI.

baokaTopbl MeANEHHbIX KanbLMeBbIX KaHANOB (A) — AEHCTBYIOT Kak nepudepuyeckue

Ba30MNANATOPLI, TEM CaMbIM YAYHLWAOT MUKPOUMPKYAALUMIO. HUdbeaunuH HazHauaeTca 8 poie

10-30 mr/cyT B 2-3 npuema, 4NUTeNbHOCTL TepanuK — He meHee 6-12 mec. AMNOAUNUH

Ha3HavaeTcAa 8 ao3e 5-10 mr/cyT B 1-2 npuema, AAMTENbHOCTb TEPANnMU — He MeHee 12 mec.

Noka3aHua: B BbipaXKeHHbI nepudepuyeckMin Ba3oCnasm Npu CUCTEMHOM cknepose; B cuHapom Penno.
MpenapaTbl npocrarnaHguHoe (A) — aHanoru ecrecTseHHoro npacrarnaiauHa E1, obnaparwor
Bblp2)XeHHbIM COCYA0PACLUMPAIOWMM (H2 YPOBHE 3pTEPUON, NPEKANUANAPHBLIX COUHKTEPOB,

MbILLEYHbIX aPTEePUM), aHTUArperaHTHbIM U AHTMONPOTEKTOPHLIM AEUCTBMEM. YAYYLLAIOT
MHUKPOUMPKYNALUMIO 1 nepudepryeckoe kpoBoobpauweHne, cnocobcTeyer oTKpLITUIO

KONNaTepanbHbiX COCYA0B; YAYYWAKT PEonorHyeckue CBONCTBA KPoBH, cnocobeTeyn

NOBLIWEHKIO 3NACTUNHOCTH IPUTPOLIMTOB U YMEHbLUAA arperauuio TJpomboumTos,

Moka3laHwuAa: [ BbipaXkeHHbIN Nnepudepuyecrkni Ba3ocnaim NpU CUCTEMHOM cknepoie; [ cuHapom PeitHo.
Ao3uposKa: npenapart (aNNpocTaann) BBOAAT B 2 NPUEMa, CYTONHAA A03a COCTaBNAET 6

Hr/kr/uac. Mpenapar BBOAUTCA TONLKO Yepe3 MHGYIOMAT, CO CKOPOCTHIO He meHee 50-75

MAn/4ac, He meHee 2-x 4acos. JNUTeNbLHOCTL Tepanuu cocragnreT 14 AHen, 3artem A03a



NPenapara cHuxkaerca po 3 Hr/Kr/yac B TeueHue 3-x AHel, nocne Yero NPOBOAUTCA OTMENE
npenapara.
Bo usbexanue pazsutua HEXENaTenbHbIX ABNEHMN (pe3koe CHUMKEeHUe All, 3sKkcTpacucTonus,

Taxu-, 6pagukapaus) BBeAeHwue npenaparta Heobxoaumo OCYLUECTBNATL NOA KOHTpOAeM JKI

(MoHuTOp).
AkToBeruH (D) — asnsercs FEMOAEpUBATOM, NONOKUTENLHO BAURET Ha TPaHCNOPT M

yTUAU3ayumio

FAIIOKO3bl, NPUBOAUT K CTaBUAMU3ALUM KNETOYHBIX MembpaH npu nwemmuu, obnanaer

dHTUTUNOKCUYECKUM AeUCTBUEM.

MokazaHusa:

m meTabonuueckue u cocygucroie HAPYLUEHWA rONOBHOrO MO3ra (B T.4. NPM NOPaXKEHUM MO3Ta

npu CKB, yzenkosom noamaprepuure, nocaeAcTane apTepuanbHoil aHruonaTum, Tpoduueckue

HapyweHus),

PeXxnum N03upoBaHUA: NPENapar BBOAWUTCA BHYTPMBEHHO UAW BHYTPUMbILEYHO B Ao3e 10-20

MA/CYTKK B TeyeHue 14-15 cyToK.

BEAEHUE NALUMEHTOB
BEAEHWE NALMEHTOB B CTALIMOHAPHbIX YCIOBUAX
CHELI,HEHHSHPUBEHHEH, B TOM HUCNEe BbICOKOTEXHONONMYHAR NnNOmMoLLb OKa3blBaeTCA B

ACTCKOM PEBMATONOrUYECKOM OTABNEHUM MEANLMHCKOW OPraHn3auum, rae npeaycmMoTpeHo

HdAn4yue.

* OTAGAEHNA AHECTE3NO/I0TMMU U PEAHNMATONOMK UKW BNoKa (NanaTel) peaHMMaUMm U

WHTEHCUBHOM Tepanmu;

* UMMYHO/10rM4eCcKon NabopaTopumn ¢ NPOTOYHBIM uuTopnioomerpom u obopyaosaHuem ana
ONpPEAENeHUA UMMYHONOTMYECKMX MAPKePOB peBmaTu4eckux 6oneaxeir;

®* OTAENEeHUA NY4eBOM ANarHOCTUKU, BKAKYAA KabuHer MarHUTHO-PE30HAHCHOMN U
KOMNbLIOTEPHOW TOMOTPaduu C NPOrPaMMON ANA UCCNEA0BAHUA CYCTagos;

® IHAOCKONUYECKOTO OTAENEHMA.

Momoub OKa3biBaeT BpPay-peBMaToNor, COOTBETCTBYIOLMI KBanudpukaymoHHbim TpeboBaHuAM
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AHTUTeHOB,XNaMUANA, MUKONAA3M, NHEBMOLMCT; — UCCNeA0B3HNE CNIOHB) U MOYM, KPOBN METOA0M
NO/IMMEPaIHOW LENHOW peakuuu ANA BbIABNEHUA aKTMBHOW PENANKaLUn BUPYCOB NPOCTOro repneca,
UMB, 3nwrenHa-bapp).

* B chyvae MHTepCcTMumManbHoW NHEeBMOHUU NO AaHHbIM KT (ewe ao NONYYEHUR Pe3y/bTaToB
naboparTopHbIX UCCNEA0BAHUIA), — KO-TPUMOKCa30N + TpumeTonpum 15 mr/Kr/cyTku BHyTpHMBEHHO (NO
TPMMETONPUMY) B TeueHue 14-21 aHA; — KNAPUTPOMUUMH 15 Mr/Kr/CyTKK BHYTPUBEHHO B TeYeHMe 14—
21 aHA; — uedrpuakcoH 50-100 mr/kr/cyTu 8 TeyeHune 14 gHeit. * B cayyae aKTUBHOM repneTyYeckon,
UUTOMEranosupycHour, InwrenHa—-bapp BupycHoM

UHOEKUMNN:

— auuknosup 5-10 mr/kr/eseneHmne BHYTPUBEHHO Kawable 8 4aCOB, UNU — raHUMKNOBUP 5
Mr/kr/BBeaeHue BHYTPUBEHHO KaXkable 12 4acos B TeyeHue 14-21

AHA; — YenoBeYeCKU HOPMaNbHbIA BHYTPUBEHHbIH UMMYHOTrN06BYAnH, cogepiawmii IgG

0,2-0,5 r/kr/xypc.

* B cyyae TO0TanbHOro CHUYKEHUA CbIBOPOTOYHOTO YPOBHA BCEX UMMYHOTNOOYANHOB, — 4eNnosedecKkui
HOPManbHbIN BHYTPUBEHHbIA MMMYHOTN0ByNuK, coagepskawmii Igh,

IgG, IgM 2—-8 mn/Kr € MHTepBanom 1 mec; ecnu He AOCTUraeTCA AOCTaTOYHbIA YPOBEHb

IgG, nnu npoucxoauTt ObICTPOE ero NOHWMeHue, A03Y MOMHO YBenu4yuTs 4o 16 mn/kr

MU COKPaTUTb UHTEPBAN MeXKay BBeJeHUAMMU.

e B cny4ae nerMKoneHuu U HEMTPONeHUu € abCconTHbIM YUcAoOM HeTpodunoe meneel,5x109/a: —
rpaHynouuTapHeblid KONoHUecTUMynupyrowmnin ¢akrop (puarpacrum) 5—10mkr/kr/cyTkun 3-5 gHen (npu
HeobxoAMMOCTHM — AoNble) NOAKOWHO A0 NONHOM HOPManNM3aumMm YUcNa NeMKounuTos N HenTpodunos.

* B cnyyae dpebpunbHOU HeWTponeHuu (HeMTpoONeHUA, CONPOBOXAAIOLWAACA NMXOPAAKOMK): —
rPAaHYNOUMTAPHbIN KoNOHWecTUmynupyowmnin ¢aktop (dunrpactum) 5—10MKr/Kr/cyTKM NOAKOIKHO A0
NOAHON HOPMANM3aUUK YMCNa NENKOUMTOB U HelTpodunos; — uedTpuakcoH S0—100 mr/kr/cyTku
BHYTPUBEHHO A0 BOCCTAHOBAEHWUA IeMKOLUMTAapHOM GOpPMynbl U NPeKpaLWeHWA NUXOPaaKW.

e B cnyyae cencnca — aHTMGaKTepuanbHbie NpenapaTth! WWPOKOro CNeKTpa AeNCTBUA: — LedTPUaKCcoH
50—100 mr/Kr/cyTku + amuKauuH 15 mr/Kkr/cyTKn Unu HeTUNAMUUMH 5-7,5 Mr/Kr/cyTKU BHYTPUBEHHO.

Npu HeadpekTusHocTU: — meponeHem 10-20 mr/kr/Kypc BHyTpUBEHHO; — uedonepa3oH + cynbbakram
40-80 mMr/Kr/CcyTKU BHYTPUBEHHO, — 4Ye/0BEYECKUIA HOPMANbHbLIX BHYTPUBEHHbIK UMMYHOTrNobynuH,
cogepxawmii IgA,lgM, IgG, 5 mn/kr B TeyueHne 3 aHen nogpaa. HeobxoAMMOCTL NOBTOPHOINO Kypca
33BUCUT OT KAMHUYECKOIO Te4eHUA 60neinu. » B cnyyae MHPEKUUU KOXKHbBIX NOKPOBOB U
NOAKOKHOMUPOBON KNETYaTKM (Luennionur). — HabnioaeHne xupypra; — mMecTHaa Tepanua; —
aHTMbakTepuanbHbIe NPenaparsl WUPOKOro CNeKTpa AeMCTBUA (aMoKcuuunnnH,uedanocnopuHbl 3-ro u

4-ro NoKoneHua).

* B chyyae MHPEeKUUM MOYEBLIBOAALLKX NyTen: — BaKkrepuonornueckoe uccnenoBaHme Moum: —
aHTubakTepuanbHbIe npenapartsl; — YPOCENTHKH.



* Npu ocTpoit nnu o6ocTpeun XPOHHUECKON HHPEKUNK: — MHYIUU pUTYKCUMaGa He NPOBOARTCA; —
NpoBeAEHNE MHPYINI HE PaHEE YeM YePe3 HEAC/II0 NOCAC BhIZA0POBACHUA.

BEAEHWUE NAUMEHTOB B AMBYNATOPHO-NONUKNUHUYECKUX YCNOBUAX
AMOYNATOPHO-NONMKAHHHYECKAA NOMOULb OKa3bIBACTCA B AETCKOM PEBMATONOMMYCCHOM
KabuHere.

Momoulb OKa3biBaeT Bpay-peBMaToNor, COOTBETCTBYIOWMIN KBanudMKaLMOHHbIM Tpe6GoBaHUAM
K CNeynanncram C BbiCLUMM U NOCNEBY3OBCKMM MEeAUUUHCKUM U dapMalleBTUYECKUM
obpa3zosaHnem B chepe 3apaBOOXPAHEHUA NO CNELMANLHOCTW «PeBMaToONOrMA», 6e3
npeabABAeHUA TpeboBaHUK K cTaxy paboTel (Mpukaz MunaapascoupassuTua Poccuu ot 7
nions 2009 r. N2 415H € U3IMEHEHUAMM, BHECEHHBIMU NPUKa3oM MuUH3ApaBCcoLpa3BuTUA Poccuu

oT 26 aekabpsa 2011 r. Ne 1644H, Mpukaz MuHsgpascoupaisntua Poccum ot 23 uionn 2010 r. Ne

541H).
BeaeHue nayneHTa, NONY4aIOLWEro UMMYHOAENPECcCaHTL!
* OCMOTp BpaYOM-peBMaTonorom — 1 pa3 B mec.

* KN"MHWYECKUM aHaNU3 KPOBM (KOHLEeHTpauua remornobuHa, 4Yvucno apuTpouuTos, TpombounTos,
nenkoumTos, nenkouutapHan ¢opmyna, CO3) — 1 pa3 B 2 Hea: — NPU CHUIKEHUM YUCNA NEeHKOLUUTOB,
3pUTPOUMTOB, TPOMOOLUMUTOB HUXKE HOPMbl —UMMYHOAENPECCaHTbl OTMEHUTL Ha 5—7 gHew. Moche
KOHTPO/IbHOTO aHanu3a KPOBW NPMY HOPManu3auumn noKasatenem — Bo3oOHOBUTL NpUemM npenapara.

e AHanu3 buoxmmmyeckux noxkasarenen (0bwmn 6enok, benkosbie ppakymn, KOHUSHTPALUUA MOYEBUHDI,
KpeaTuHUHa, bunnpybuHa, Kanua, HaTPUAR, MOHU3IMPOBAHHOTO KaNbLUUAR,TPAHCAMUWUHA3, WEeN0YHOM
¢ocdaraivl) — 1 pa3z 8 2 HeaQ: — NPU NOBLIWEHUM YPOBHA MOMEBUHbBI, KPEAaTMHUHAE, TPAHCAMUHAS3,
bunmupybuHa Bblle HOPMbl — UMMYHOAENPeccaHTbl OTMEHUTL Ha 5—7 aAHeW, Bo306HOBUTL Npuem

npenapaTta nocne BOCCTAaHOBAEHMA BMOXMMUUYECKUX NOKa3aTenemn.

* AHaNMU3 UMMYHONOTUYECKUX NOKa3aTenen (KoHueHTpauma Ig A, M, G; CPB, P®,aHTUHYKNE3PHOrO
¢akTopa [AH®]) — 1 pa3 B 3 mec.

e KAMHUYECKUA aHanu3 moym — 1 paia B 2 Hea.

* JKI Bcem geram 1 pa3 B 3 mec.

* Y31 6prowHOK nonocTu, cepaua, nodek — 1 pas B 6 mec,

* [lnaHoBaA rocnuTanu3ayua 2 pasa 8 rog AN8 nposeseHUA NONHOro obcneaoBaHUA M NpU

Heob6xoa4NMMOCTH — KOppeKkuuu Tepanuun.20

* BHennaHoBaA rocnuTanuiauma B chydae obocrpeHua bonesnu.




BeaeHue nauuwenra, nonyvaouero purykcumab s amOyNaToOPHO-NONNKNNHNYE CKUX

YCNOBUAX
* OcmoTp Bpayom-pesmatonorom — 1 pas B 14 gHeil.

* KAMHWYeckuin ananus KpoBu — 1 pas e 14 aHelt (remornobuH, yucno 3apuTpouutos, TpombounTos,
NeNKOLUTOB, NeikouuTapHan popmyna, CO3). ¢ B cayuae neiikoneHum m HENWTpPONeHuu ¢ abcoNoTHbIM
4ncnom Hentpodunos menee 1,5x109/n: — KOHCYNbTauMA B CNeunanmninpoBaHHOM
PEBMATONOrMHECKOM OTABNEHUN, MHULUUPOBABLLIEM TEPANUIO PUTYKCMMAboM; — BBeaEHUE
FPAHYSIOUMTAPHOro KoONOHUeCTUMYNnpylowero ¢akTopa (unrpactum)5x10 MKF/KF Maccel Tena B CyTKu
NOAKOXHO 8 Te4eHue 3—5 aHen, Nnpn HeobxoAUMOCTU AoNbWE, 40 NONHOMN HOpMa/in3aunm Yyucna

NEeNKoOUMNTOB U HenTpodUunos.

* B chyvae ¢pebpunbHoMU HENTpONeHUN: — BBEAEHME rPaHYNOLUTAPHOIO KONOHUECTUMYNUPYIoULEro
dakTopa (punrpactnm) 5-10 MKr/Kr Maccel Tena B CyTKU NOAKOMHO B Te4yeHue 3-5 aHeun, npwu
HeobxoAUMOCTH A4oNbLUE, A0 NONHOW HOPMANU3aLMM YUCNA NeKOUMUTOB U HeWTPOdUNOB; —
HazHayeHue aHTMDOaKTEPUANbHBIX MPENAPATOB WUPOKOTO CNEKTPA AeiCTBUA ANANPeAOTBPALLIEHUAA

Pa3BUTUA HeUTpoNeHnyYeckoro cencuca (uedTpuakcor 50-100 Mr/Kr BHYTPUMbILLEYHO MAU
BHYTDUBEHHO); — CPOYHAA rOCAUTANN3ALMA B AETCKOE PeBMATONOrMYecKoe otaeneHue deaepanbHoro

UeHTPpa, MHUUMUPOBABLWIEE TEPANUIO PUTYKCUMBOM; — NPONYCTUTL NNAHOBLIM NpUem

MMMYHOOENPECCaHTOB,

* B cnydae KatapanibHbiX ABNEHUW, NUXOPAAKUA: — KOHCYNbTALMWA B CNeLUanm3upoBaHHOM
PeBM3TONOrMYECKOM OTAENEHUU, MHULMMPOBABLUEM TEPANUIO PUTYKCUMADOM, — KOMNbIOTEPHaA
TOMOTpadua Nerknx N8 UCKNKYEHUA NHTEPCTULMANBbHOM(aTUMUYHOM) NHEBMOHMMK (Ha paHHeM 3Tane
NPOTEKaeT, Kak Npasnno, beccMmnToMHO, C NocAeayIOLWUM Pa3BUTUEM AbIXaTEIbHOMA
HEeAOCTAaTOMHOCTH); — Ha3HauYeHUe KOTPUMAKC030Na + TpumeTonpuma 15 mr/kr/cyTky,
KNapuTpomuumHa 15mr/kr/cyTen, uedrpuakcoHa 50-100 mr/Kr BHYTPUMbILLIEYHO UAW BHYTPUBEHHO; —
NPONYCTUTL NNAHOBbLIA NPUEM UMMYHOAENPECCAHTOB; — CPOYHAA rOCNUTANMU3ALMA B ABTCKOe
peBmaronoruyeckoe oraeneHmne degepanbHoroueHTpa, UHUUMUPOBABLLEE Tepanuio pUTYRCUmabom.

e AHanu3 bruoxumuyeckux nokasartenei (0buwmm benok, benkosbie GppakUMM, KOHLEHTPAUUA

MO4YEeBUHbLI, KpeaTuHUHa, bunupybuHa, Kanma, HATPUA, NOHU3INPOBAHHOMO KanbUMuA,

TpaHcamunHas, wenoyHoun docdarasnvl) — 1 pa3 B 2 Heq;21

— NpUA NOBblIWEHWKW YPOBHA MOYEBWUHLI, KpPpEaTUHWUHA, TPAHCAMKMHAS, 6HHHDVGHHE Boblwe

HOPMbI NPONYCTUTL NPUEM UMMYHOAENPECCAaHTOB; — KOHCYNbTaUUA B CNeUUanmuInpoBaHHOM

PEeBMaTONOMMYECKOM OTACNEHUM,

MHULMNPOBABLIEM TEPANUIO PUTYKCUMABOM; — NPONYCTUTL NA3AHOBBLIM NPUEM MMMYHOENPECCaNTOB;
— B0306OHOBNEHME NpUEMa UMMYHOAENPEeCcCaHTOB NOCAE BOCCTAHOB/IEHUA MeMaTONOMMYECKUX

nokKka3laTteneu.

* AHaNU3 UMMYHONOTUHECKUX NOKa3aTeneu (KoHUeHTpauua Ig A, M, G; CPB, P®, AH®) — 1pa3 8 3 mec.

* KnuHMYeckuit aHanmni mounm — 1 pas B 2 HeA.



* JKIN — 1 pa3 o 3 mec,

* Y3U Gpiowno# nonoctu, cepaua, novex — 1 pa3 8 6 mec.

* Mnhanoban rocnutanusayma 2 Pa3a s roa Ana nposeaeHUA NonHore obcnegoBanus u npu
HEo0X0AUMOCTH — KoppeKunu Tepanuu.

* BHennanosan rocnuranuiaymn e cnyvyae obocrpennn 6oneaun.

BeaeHue Bcex NaUUEHTOB C CUCTEMHBIM CKNepolom

* Bcem geram opopmneHue crartyca «pebeHoK-uHBanua».

* ObyyeHne Ha AOMY NOKa3aHo: — AETAM C CUCTEMHbBIM CKNEPO30M, Nnonyyarowmm FMENN.

* BO Bpema NoceweHmnn WKONbl He NOK33aHbl 3aHATURA $u3kynbTYpOii B 06Weil rpynne.

* 3aHATHA JIDK B cTaauu pemuccum 601e3Hu co CNeUMaNnmncTom, 3HaKoMbImM € ocobeHHOCTAMM

natonorunu,

* [lpoTMBONOKa3aHbI: — BaKUMHAUUA: — BBEAECHUE ramMmmarnobynuHa, — nHconaumua (npebbiBaHue Ha
CONHUE);, — CMEHa Knumarta: — nepeoxnasxaeHune (B TomM yncne KynaHue 8 Bogoemax); — puinyeckue u
NCUXUYECKNE TPABMbI, — KOHTaKTb! C OMAWHUMM MUBOTHBIMU; — NeyeHne MMMYHOMOAYAATOPAMU B

Cy4ae pa3BUTUA OCTPOM PECNUPaTOPHON UHGEeKLUK.

NMPOPUNAKTUKA

MepsuyHan npodunakTuka He pazpaboTaHa, NOCKOALKY 3TUONOIUA CUCTEMHOIO CKnepo3a

OKOH4YATeNbHO He YCTaHOBAEeHa.

BropuyHasa npodmnnaKkTuKa BKAOYAET KOMNABKC MEPONPUATUMA, HAaNPaBNCHHbIX Ha

npegorspaweHve peunausos 3a601eBaHmA:

* AucnaHcepHoe HabnwoaeHue;

* AMTENbHOE NpoBEAeHME NoAACPIKMBAIOWEN TepanuK, pa3paboTaHHOMN C YHeTOM

MHAWBMAYaNbHBIX OCODeHHOCTel NauMeHTa n BapmaHTa bonesnm;

® NOCTOAHHBIN KOHTPO/1b 6@30MNAaCHOCTU NPOBOAUMOTO NeYeHUs U npu HeobxoaumocTu ero
KOPPeKUUA;

* obecneyeHmne OxXpaHUTEILHOTO PeXKUma (orpaHuyeHue NCUXO-3IMOLMOHANBHBIX U PUINYECKUX
Harpy3ok, npu HeobxoaumocTu obyyeHune gerteli Ha AOMY, NoCeleHne WKONbI AMWb NPY
nony4YyeHUu CTOMKOM KAWHKUKO-nabopaTopHoi pemuccum, OrpaHUYeHUe KOHTAKTOB AnA

YMEHbWEHUA PUCKA Pa3BUTUA MHPEKLUMOHHbIX 3abonesaHuii);

* NPEAOXpaHEeHNe OT MHCONALUUM U NpUMeHeHUA YDO (MCNoNb3oBaHUe CONHLU@3IAWMUTHBIX



MHAUBUAYaNbHOMY rpaguky); Beegenne FaMma-rnobynuna ocywecrensercs TONBKO NPy

abCcoNoTHLIX NOKa3aHUAX.

UCXOAab! U NPOrHO3

4, 3aBUCUT OT

KAUHUYECKON hopmbl U TeyeHus 3abonesaHua. Mo PE3yNbTaTam uccnenosaHuii S-netHan

dopma, pazsuTtue $nbpo3sa nerkux, neroyHasn FMNEPTEH3UA, aHemus, Bbicokan CO3,

NPOTEUHYPUA B Havane BonesHu.



1.Tycesa H.T, Cucremuas CKNepoaepmusa u ncespocknepogepmuueckue CUHOPOMB). —
M.: Me,quuuna, 1993. — 270,

2010. C. 523-58,



Peuensus na pedepar

CanukoBoii Alicyn Banexkuixpl

«CHcreMHas CKIIEPpOAEPMHS.»
Cucremuas CKleponepMus — 3aboeBaHue, XapakTepusyroueecs AMPPy3HbIM
[TOPAXXE€HHUEM COeTHHUTEILHOI TKaHH, B OCHOBE KOTOPOI'O JIE)KHT
FCHEPAM30BaHHBIN (hUOpO3 ¢ [IPCHMYIIIECTBEHHOH MIIEePIIPOAYKIIMEN KOlareya.
B npoucxoxnennu cucreMuoii CKJIIEPOAEPMHH NPHUAAIOT 3HAYEHUE MreHeTUYeCKOH
TPEAPaCNoNoXeHHOCTH. OCHOBaHMEM IS 3TOTO SRISIOTCS Clly4yau ceMeiHoOH
CKJICPOACPMUH, HAJTUYHE Y POACTBEHHUKOB BONEHEIX 3a00J1eBaHMii CycTaBOB,
Ba30CNACTUYECKHX HapylUeHHuii. DTa MPEApPacnoNoXXeHHOCTE peasiu3yeTcs B
Oone3Hb nox BIHSHHEM 3K30reHHBIX U SHAONCHHBIX MOBPEX/AIOLHX (PAKTOPOB
(OxnaxkneHue, NpUBUBKHY, HH(EKUHH, TPABMBI, JHIIOKPHHHBIE HapYILLIEHHUA,
ATUTCIIBHOE BO3IEHCTBHE XUMHUYECKHUX BEIIECTE U ap.). Onpenenennyio
STHOJIOTHYECKYIO pOJlb OTBOJSAT BUpycam (PHK-conepxamimm, [IPOBHpPYCaM ),
CITOCOOHBIM BBI3BIBATh HAPYLIEHHE KJIETOYHOIO M FYMOpajnbHOI0O UMMYHHTETA.
OpaunHarop nocnenoBatenbHO U AOXOIYMBO M3N1ara€T TEOPeTH4ECKUI MaTepHall.
B TekcTe HCMoMB3yIOTCS CXEMBI, oOneryaromye NOHMMaHKue H3J1araeMoro
Matepuana. OLeHUBas NPeaCTaBIEHHYIO padoTy, MOXXHO OTMETHUTh TOT ¢axT, 4To
CCIb CTPEMIIEHHE MAKCHMANIBHO MOAPOOHO pa3zo0paThes M H3JIONKHUTE H3y4YaeMbIi
TEOPETHYECKUH MaTepHan. JlaHHas TeMa SRJIsSeTcs aKTyaJIbHOH, CONEpKHUT

Hay4YHYI0 H NMPAKTUYECKYIO 3HAYUMOCTb.

Pexomennyemas ouenka pedepara Cannkosoii A.B. — 5 (oTIHYHO).

3aBenyroias Kadeapoil MoMUKIHHUYe CKOl NEAHATPHH U NIPOTIEIe BTUKE AeTCKUX

6onesneit ¢ kypcom ITO amu, ponent Ianakriorosa M_IO. W M
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